2 presence of tryptophan metabolites in the urine. Have any relatives of this child been examined? Dr P J Hare: Do these children recover and if so do the biochemical abnormalities also recover? Could the present case be half-way to biochemical recovery?
Dr P F Borne: The child has never been given chloroquine. These patients recover clinically, but the biochemical abnormalities persist. Dr B Solomons: Although these biochemical anomalies may alter relatively, it is unlikely that they will do so fundamentally.
Dr E J Moynahan: This is not quite right. Enzymes are constantly changing during development; in fact, development would not proceed without such changes. Enzyme systems may be said to mature and in some cases maturation may be delayed, so that if survival can be assured until this happens, no further treatment may be necessary. Enzyme systems also decay, which may account for the late onset of certain genetic disorders.
Wiskott-Aldrich Syndrome (Eczema, Recurrent Bleeding and Recurrent Upper Respiratory Infections) E J Moynahan FRcP M P L, male, aged 2 years 10 months History: First presented with eczema at the age of 5 months, when he was admitted under Dr R T Brain. The eczema was first noticed on the face at the age of 2 months, and soon spread to involve the head and later the rest of the body. On admission at that time he had a generalized eczema, considered to be seborrhoeic, with very marked bilateral otitis externa. During the six weeks prior to admission he had three severe nose bleeds. Since then, the eczema has waxed and waned, but has never cleared. He has required hospital treatment for this on two subsequent occasions; the first time, in November 1959, the eczema was accompanied by a severe respiratory infection. Two months later he was admitted to Sydenham Children's Hospital because of a bloody diarrhoea and a further upper respiratory infection. It was thoughthemighthavehadthreefits aboutthis time. In May 1960 he was readmitted there because of an upper respiratory infection and bleeding from the ears. A full hsmatological investigation led to a diagnosis of thrombocytopenic purpura. Nosebleeding continued during this period and subsequently he has had occasional blood in the stools and hematuria. His platelets ranged from 21,000 to 70,000. However, the relationship between thrombocytopenia, eczema and recurrent infections was not recognized until August 1961, when he was readmitted to Great Ormond Street under the care of Dr G H Newns. Family history: Two maternal uncles died with eczema and bleeding in infancy. On examination: Generalizedeczema, with marked excoriation of the ears. Many bruises. Some lymphadenopathy; no enlargement of spleen. Investigations: Plasma proteins 5-7 g%. Reduction in albumin and a1-globulin. Hmmoglobin 9-6 g/100 ml. Platelets 32,000 to 75,000. Reticulocytes 2X4%. W.B.C. 9,200 per c.mm (normal differential). Iso-hwmagglutinins present: anti-A 1/32 (blood group 0, Rhesus negative), anti-B 1/32. Urine: proteinuria, hmematuria and a mixed urinary infection. Bone marrow cellular; numerous megakaryocytes with little platelet formation. Serum amino-acid pattern normal. Urine amino acid: raised excretion of glycine and serine, and less of lysine and histidine. Blood urea: 37 mg %. I.V.P. normal. Comment: This patient shows the classic manifestations of the Wiskott-Aldrich syndrome. It is due to a recessive gene and males alone are affected. Although the disorder usually bears Aldrich'sname (Aldrich et al. 1954) , it was, in fact, first described in three boys by Wiskott in 1937 as congenital familial (?) Werlhof's disease. Werlhof (1735) described purpura haemorrhagica about two hundred and fifty years ago. Since 1954 about 60 cases of the syndrome have been recorded in the literature, but it is probably sometimes unrecognized. The occurrence of eczema early in infancy, followed soon after by hemorrhagic episodes and recurrent upper respiratory infections, especially otitis media, should suggest the diagnosis. The disease is invariably fatal and few patients have survived longer than six years. Familial cases are common and in the present case it is significant that two of his maternal uncles died in infancy with eczema and bleeding disorders. The disorder is clearly due to a mutant gene and it is probable that it will turn out to be an inborn error of metabolism in which there is a specific enzyme defect. Abnormal amino-acid patterns in the blood have been reported (Cummins et al. 1959), and we have found a raised excretion of glycine and serine and, to a lesser degree, of lysine and histidine, but the serum amino acids are normal. Treatment is of little avail. The infections can be controlled by appropriate antibiotic therapy, and corticosteroids may help the eczema but certainly have no effect on the bleeding tendency, so that the majority of the patients die as a result of the heemorrhages; the remainder succumb from intercurrent infections. Hemorrhages into the skin lesions are frequent, though they may be confused with excoriations, and should make one suspect the diagnosis, however early they occur, and this will be confirmed by the consistently low platelet count. Kinderl'eilk. 68, 212 Dr I B Sneddon: We have had two brothers with Aldrich's syndrome in Sheffield who have been described by Gordon (1960) . I saw both of them and the eczematous eruptions were indistinguishable from the usual infantile eczema. The first patient, who was treated by splenectomy, died of bilateral adrenal h&vmorrhage, aged 5. The second, who has not had splenectomy, is still surviving, aged 4, though he has occasional petechiae and recurrent respiratory infections. The prognosis is very bad since at the time of Dr Gordon's paper all the cases described in the literature had succumbed. REFERENCE Gordon R R (1960) Arch. Dis. Childh. 35, 259 Dr E J Moynahan: The majority of patients die very soon after splenectomy and it is not to be recommended. Steroids only help the eczema, they do not help the purpura.
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Dr K D Crow: Are the platelets always low or do they tend to rise and fall? Dr E J Moynahan: No, they are always very low. The thrombocytopenia is usually detected after the first severe hxmorrhage, if not before. The history is helpful in reaching a diagnosis. A clinical diagnosis of progeria was made. Comment: This boy presents the classical picture of progeria as described by Hastings Gilford (1897), with the relatively uncommon but equally characteristic history of scleroderma appearing at or soon after birth. The first case was, in fact, a patient of Sir Jonathan Hutchinson's which he recorded in 1886 as congenital absence of the breasts and nipples in a baby boy who later went on to develop the full picture of progeria, and which is described in detail as the second of Hastings Gilford's cases (1904) . Such children appear normal at birth and it is not until about the second year that the picture of progeria emerges. It is noticed, however, that their growth is delayed and there is usually some delay in the dentition as well. As 
